POSTSCRIPT.-Biopsy Report 1.12.50: The eyelid shows small follicles with eosinophilic centres which morphologically are similar to healing tubercles. There is a solitary giant cell of Langhans' type which makes tuberculosis very probable. The appearance of healing is very interesting as it is like that which is seen in streptomycin-treated tuberculosis. (for E. HINDEN, M.D., M.R.C.P.). Michael L., born April 21, 1947, one month premature, was the second of binovular twins. His mother was Rh-positive and W.R.-negative. His birth-weight was 3 lb. and he was deeply jaundiced with a greatly enlarged liver. His twin sister was healthy then and has remained so.
He was treated at Westminster Children's Hospital, with a tentative diagnosis of congenital stenosis of the bile-ducts. The liver returned slowly to normal size as the jaundice abated; this finally cleared at 6 months. At 2 years of age he developed bilateral cataracts. He has been slow in development and now at 31 years he is just beginning to put sentences together.
In October 1949, when 2-years old, he lapsed into coma when on his way to have an eye operation; he had fasted since the previous evening. Recovery was spontaneous. He again became unconscious in September 1950. His blood sugar on admission to hospital was 20 mg./100 ml. A subcutaneous drip infusion of 5 % glucose was followed by recovery. His glucose tolerance curve was flat but within normal limits, as was the adrenaline response. A third coma occurred the day after discharge. On readmission the blood sugar was 31 mg., and recovery was spontaneous.
His sensitivity to insulin was tested (Hartmann, 1948) . The fasting blood sugar was 52 mg.;
then 31 units of soluble insulin (i.e. I unit/kilo. of body-weight) were injected. After 18 minutes, the blood sugar was 33 mg. and he was drowsy; after 32 minutes, he was very drowsy, and was given a sweetened drink; after 41 minutes, it was 19 mg. and he was in severe status epilepticus, and the experiment was ended. The laevulose tolerance curve was within normal limits. The recurrent hypoglycamia is thought to be due to failure of the damaged liver to make and store glvcogen. The mental retardation may be due to his low blood sugar. Dr. Alex Russell considered that an intracranial lesion (either inflicting pressure-degeneration upon the anterior lobe of the pituitary or otherwise impairing its function) should be excluded as a basis for the profound hypoglycnmic incidents. Secondary hypoglycxemia during glucose and adrenaline tolerance tests and the insulin hypersensitivity together with some hypoglyceemia unresponsiveness lend support.
A craniopharyngioma or other relatively benign parapituitary tumour could be responsible and the disproportionate increase in head size in the presence of growth failure may be significant in this connexion. As part of the consequent multi-functional disturbance, a degree of hypoparathyroidism could account for the cataracts present.
Other hypothalamo-hypophyseal lesions, degenerative or inflammatory, could be responsible. Attention was drawn to Dr. Wilmers' case of cretinism wherein severe jaundice had persisted throughout the first five weeks of life, reappearing after an interval of several weeks, the liver meanwhile showing gross enlargement. At autopsy, following a fatal gastro-enteric episode at 3/12, Dr. France detected generalized cytomegalic inclusion body disease with massive involvement of thyroid cells and lesser concentrations in pituitary, liver, &c. Such pathogenesis for a unior polyglandular disorder should be kept in mind, especially in view of the similar history of severe jaundice in the case presented.
Dr. I. M. Anderson considered islet tumour of the pancreas might fit this case except for the history of jaundice in infancy and the extreme rarity of this condition in early childhood.
Dr. W. W. Payne suggested a high protein low sugar diet for this patient and emphasized that severe and prolonged hypoglycaemic attacks could produce lasting intellectual impairment.
Dr. E. Hinden replied that he was reluctant to postulate so rare a disease as islet tumour of the pancreas, when the undoubted liver damage could explain the condition. Inclusion disease of the endocrines was a most interesting and relevant suggestion, but he could see no way of substantiating or refuting this diagnosis.
